Case report A 60 year old retired musician was first seen at King's College Hospital in 1978 with impaired vision as a result of corneal infiltration and glaucoma. He had severe bilateral carpal tunnel syndromes with marked thenar wasting, which were treated by surgical decompression. His brother was also seen with identical symptoms and was treated in a similar way. A diagnosis of mucopolysaccharidosis type 1, or Scheie's syndrome, was made and this was confirmed by the marked deficiency of a iduronidase in his white blood cells (WBCs) and plasma (a iduronidase: patient WBCs 0-065, control 13-8 nmol/h/g protein), patient plasma undetectable, control 2-43 nmol/h/g protein).
During the ensuing years the patient's glaucoma was controlled by surgery on both eyes and with regular use of eye drops. He continued to play the piano, but his vision gradually deteriorated in his left eye. When seen in 1989 there was dense bilateral corneal opacification typical of mucopolysaccharide deposition.
On examination his corrected visual acuities were right 6/36 and left 6/60 and his reading vision 'was reduced to right N12 and left N18. He did not report having had any joint pain, but there was obvious bony swelling of many of the small joints of both hands. Extension of the wrist joints was limited and there were fixed flexion deformities of the terminal interphalangeal joints. Rheumatoid factor was negative and the concentration of uric acid in serum was normal. Radiographs of his hands and feet (figs 1 and 2) showed many obvious clear cut juxta-articular cystic lesions, some of which appeared to have infractured into the joints. He also had signs of a mild aortic stenosis, but there were no cardiac symptoms. An echocardiogram confirmed the presence of a calcified aortic valve with reduced opening.4 His 
